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President-W. A. BOURNE, M.D. [December 8, 1950] Gastric and Jejunal Polyposis Associated with Melanin Spots of the Oral Region and Digits.-NORMAN C. TANNER, F.R.C.S.
In 1896 Sir Jonathan Hutchinson described identical twins who had a number of pigmented spots on the lips and inside of the mouth. In 1919 Dr. F. Parkes Weber reported a follow-up of these cases, and noted that one of the twins had died of intussusception. In 1921 Peutz described a case in which several members of a family had pigment spots on the mouth, hands and feet associated with intestinal polyposis. In 1944 Foster found a father and daughter with facial pigmentation and intussusception due to polyposis, and 2 other similar cases in the same family. I know of no cases from the British Isles apart from Hutchinson's, Foster's, and this present case. In 1944, however , Jeghers reported 2 similar cases from the United States, and again in 1949 Jeghers, McKusick and Katz reported 10 cases collected from American sources. Of the 10 cases, 8 had been operated on for intussusception initiated by jejunal polyps; 1 of the 8 was reported to have had four operations for intussusception. These writers reported that by 1949 they had collected 12 cases from the world literature and added 10 from America.
From a survey of the recorded cases it is evident that the disease usually manifests itself early in life. The most notable feature of the condition is the consistent and peculiar distribution of pigmentation, mostly round the lips and adjacent buccal mucosa. The patches are round, oval or irregular, and vary from brown to almost black. Biopsy specimens (Jeghers et al.) show on microscopy vertical bands of melanin pigment. All of the patients are of dark complexion. Associated with the pigmentation is polyposis of the entire intestine, most consistently producing symptoms from small intestinal involvement.
Case report.-A. W., a brunette aged 17, was admitted to St. James' Hospital on 9.2.50, complaining of six weeks' epigastric discomfort shortly after meals-which was relieved by vomiting-and a general feeling of increasing weakness. Her past history revealed nothing significant. Her father, mother and two younger sisters were healthy, though it was noted that the younger sister had pigment spots round the mouth.
On examination she was seen to be pale, thin and asthenic. She had dark pigment spots mainly concentrated round the mouth, particularly on the lower lip and nose tip (Fig. 1) . Other similar spots were present on the front of the neck, dorsum of the fingers, and a few on the forearm and hand, the back of the neck, dorsum of the feet, front of the shins, knees and thighs. Others were present on the red part of the lip and in the buccal cavity (Fig. 2) and on the palate.
She stated that these pigment spots had been present since the age of 5. There was some diffuse thyroid enlargement, and spinal kyphosis.
Abdominal examination revealed no gross abnormality at first. Blood count: R.B.C.
3,500,000; W.B.C. 9,700 per c.mm.; Hb 55 %. Differential leucocyte count normal. Serum chloride, sodium and potassium values were within normal limits.
She was at first suspected of having Addison's disease, but persistent vomiting and pain caused her to be referred for a surgical opinion on 18.2.50. When seen on this date she had visible intestinal peristalsis in the left abdomen, and straight X-ray of the abdomen confirmed the presence of dilated loops of small bowel.
The abdomen was explored through a left paramedian incision under general anesthesia. An intussusception involving three feet of bowel just distal to the duodeno-jejunal flexure was found, and reduced. On palpation after reduction it was evident that there were innumerable small sessile and pedunculated polypi involving the upper six feet of jejunum, and one large one which had initiated the attack. The bowel was opened and the large polyp and some eight smaller ones removed, but many seedling polypi remained in the part examined.
Following the operation the patient made a-complete recovery. Histological examination disclosed that the tumours were simple adenomatous jejunal polyps showing acute on chronic inflammation.
Since recovery the following investigations have been carried out: Barium Meal: No gastric or jejunal abnormality. CEsophagoscopy: Normal cesophagus. Gastroscopy: The mucosa was of normal texture. The pylorus, antrum and angulus were normal. In the body of the stomach were twelve to fifteen adenomata, probably 03-0-6 cm. in diameter; all but one were sessile, and none was ulcerated (Fig. 3) .
Proctoscopy: No pigmentation in the anal region. Sigmoidoscopy: No adenomata present within 12 inches of the anus. Cystoscopy: Normal bladder.
